Case2 2 S S, girl born 11.8.70 Immediately after birth, in a small maternity department, nikethamide was injected into the umbilical cord. On the second day of life there was complete paralysis of all muscles below the knee. Spontaneous recovery occurred, but was not complete until October 1971. The possibility of diminished limb growth will require observation for the next ten years.
Comment
These 2 cases illustrate the dangers of injecting into the umbilical cord substances which may cause spasm or thrombosis of the umbilical artery and sometimes also of the internal iliac artery, as occurred in Case 1. The arteria comitans nervi ischiadici, a secondary branch of the internal iliac artery after it is joined by the umbilical artery, is particularly susceptible. The possibility that other substances, such as concentrated dextrose, could cause the same effects, should not be overlooked. For a review of the condition, with references, see Sharrard (1971 C P is the 17-year-old second son of healthy unrelated parents with no family history of neuromuscular disorder. The early milestones were normal, but after he started walking at 14 months he was noted to have a waddling gait 'like a duck', and to have unusual difficulty going up steps, and in getting up after his frequent falls. He tended to walk on his toes and elongation of the tendo achillis was subsequently done at 18 months and at 9 years. He was never able to run or jump normally.
From an early age he also had difficulty moving his neck and back and in the past four or five years there has been marked progression of his scoliosis. For several years he has also noted inability to extend his elbows. There has never been any muscular pain and the main weakness he is conscious of is in the shoulder girdle. and had no difficulty getting up from a chair or the floor or ascending stairs. His musculature generally was poorly developed but the power was good in most muscle groups apart from the shoulder abductors. There was a marked dorsolumbar scoliosis and limited flexion and rotation of the spine and neck, but a good range of extension (Fig 1) . Dorsiflexion of both feet was limited to 90°and extension of the elbows at 1400 and 1000 on the right and left respectively.
Over the past two years there has been further progression of the scoliosis and he has recently had an attempted fusion and bone grafting of the spine.
Investigations: Creatine phosphokinase was moderately elevated at 360 iu/l (N<70). Electromyography of deltoid and biceps showed very short duration potentials of normal amplitude, the quadriceps similar but less marked changes. Nerve conduction velocities were normal. Muscle biopsy (sacrospinalis) showed a 'myopathic' pattern with variation in fibre size, some degenerating fibres and proliferation of connective tissue and adipose tissue. Radiographs of the spine showed no ankylosing spondylitis or other skeletal abnormality.
Discussion
In spite of the early clinical resemblance, this condition is not a progressive muscular dystrophy. Limitation of movements, particularly flexion of the spine, is the main feature and weakness is of secondary importance and relatively non-progressive. Therapy should be directed at prevention of deformity and particularly the scoliosis tends to be progressive and troublesome.
I have seen an earlier case (now aged 23) with an identical picture of limited spinal flexion and rotation and limited elbow extension, who was also diagnosed in infancy as muscular dystrophy, and two others with a very similar but not quite identical picture (Dubowitz 1965 (Dubowitz , 1970 (Dubowitz , 1971 . For want of a more precise term to delineate the muscle pathology, which is not a dystrophy in the ordinary sense, I have suggested 'rigid spine syndrome' to highlight the essential clinical problem.
Mental Retardation, Elevated Alkaline Phosphatase, Convulsive Disorder and Thickening of Calvarium L S Taitz MD MRCP (Department ofChild Health, University ofSheffield, Sheffield 10) A A, girl born 12.8.58 Referred in 1963 for investigation of mental subnormality. She was retarded both physically and mentally, with severe strabismus, but no specific cause was found. Seven years later she was again referred because it was thought that her mental state had undergone further deterioration and because her fits were worse despite therapy with phenobarbitone and phenytoin.
On examination: Again found to be retarded, with an unusual flexed knee gait but no other physical abnormality.
Investigations: Urea and electrolytes, serum calcium, serum bilirubin normal. Serum alkaline phosphatase 44 K-A units. Skeletal survey revealed no rickets or osteomalacia. The calvarium showed a peculiar thickening with widening of the diploe (Fig 1) . Repeat 35, 42, 44, 60, 77 K-A units. During this period repeat estimations of serum calcium and inorganic phosphorus were normal and repeat X-rays of bones showed no evidence of rickets or osteomalacia. Detailed analysis of the alkaline phosphatase (Dr David Goldberg) indicated that the source of the enzyme was bone.
Comment An association between anticonvulsant therapy and osteomalacia is now well established and it is suggested that impairment of vitamin D function is due to induction of microsomal liver enzymes (Dennis 1972 , Dent et al. 1970 , Hunter et al. 1971 . A further association of bone pathology and phenytoin administration is thickening of the diploe of the calvarium (Kattan 1970) . This case is of interest in that progressive elevation of alkaline phosphatase originating from bone has occurred in the absence of either biochemical or radiological evidence of disordered vitamin D metabolism. Calvarial thickening and elevation of alkaline phosphatase in this patient suggest a possible association between these findings. Elevation of hepatic alkaline phosphatase has been described in 3 siblings with mental retardation, convulsions and cataracts (Mabry et al. 1970) . Hyperphosphatasia in patients on anticonvulsant therapy may thus not always be due to osteomalacia or rickets.
